Objective: The main purpose of our case presentation is to emphasize the fact that ADPKD can be an aggressive disease with multiple complications, which requires an early diagnosis in order to properly avoid possible complications.
INTRODUCTION
Autosomal dominant polycystic kidney disease (ADPKD) is the most common inherited kidney disease in humans. It is a multisystemic disorder characterized by relentless cystic dilatation and enlargement of both kidneys, with variable extrarenal manifestations in the gastrointestinal tract (hepatic cysts), cardiovascular system, reproductive organs and brain. The genes responsible for ADPKD are polycystin 1 (PKD1) and polycystin 2 (PKD2) 1 Faculty of Medicine, University "Ovidius" of Constanta genes. PKD 1 is localized at the short arm of chromosome 16 and it is involved in 85% of cases of polycystic renal disease, while PKD2 is localized at the long arm of chromosome 4, being involved in most of the remaining cases.
Worldwide, ADPKD aff ects approximately 4 to 7 million individuals. In 50% of cases the disease progresses to chronic terminal renal failure (CKD) around the age of 55 years, these patients requiring dialysis or kidney transplantation. In fact, ADPKD is responsible for about 10% of cases of CKD. (1, 2) In dialyzed ADPKD patients, the most frequent complications are cardiovascular, followed by those related to the vascular access (central venous catheter or arterio-venous fistula), and last, but not least, secondary to extrarenal manifestations of polycystic disease (3) The most important extrarenal manifestation of ADPKD is PLD (polycystic liver disease), which does not affect liver function, but represents a heterogeneous set of structural changes of the biliary tree development and generate symptoms related to mass effects when significant liver enlargement occurs (4) . Often these cysts are clinically insignificant, they representing incidental findings. The frequency of hepatic cysts increases with age in women, especially those under hormonal influence such as estrogen replacement therapy or pregnancies, and are rare in children (5) . The hepatic cysts epithelial cells present estrogen receptors and growth factor similar with IGF-1 (insulin-like growth factor 1) that when stimulated promotes proliferation and cystic growth (6, 7) .
The majority of the patients with ADPKD report no liver symptoms, some experience chronic manifestations related to progressive increase of the liver cysts (8) . In most cases, PLD is related to ADPKD and can be linked either to PKD1 (most frequent) or to PKD2. The isolated form of autosomal dominant PLD has been firmly established as a distinct inherited disorder unlinked to PKD1 or PKD2 (9) .
An important issue of patients with hepato-renal cystic disease is the complication that can arise due to the growing of the cysts: local kidney complications (intracystic infection, intracystic bleeding) and local liver complications (portal hypertension, bile duct compression, ruptures and bleedings of the cysts, obstruction of the liver veins).
We report the case of a 61 years old male, known with ADPKD diagnosed 20 years ago, stage V CKD, in chronic HD (hemodialysis) program for 9 years, hypertensive with hypertensive cardiopathy for which he is under chronic treatment with Furosemide 40mg/ day on day without HD, Nebilet 5mg,1cp/ day, Aspenter 75mg/ day on day without HD, stage 1 CLL, mixed secondary anemia for which he is under an erythropoiesis stimulating agent treatment (Aranesp 20 mcg/month), Iron complex 100mg, 1cp/ day, Folic Acid 5 mg, 2cp/ day, hyperuricemia for which he is under Allopurinol 300mg, ½ cp/ day treatment.
Two months ago, he presented repeated episodes of abdominal colic and bloating sensation which did not subside under antalgic therapy. In the last month the patient reports an increase in abdomen volume.
The physical examination reveals pale skin and mucosa, non-palpable peripheral lymph nodes, hypotrophy of the muscle tissue, cone shaped thorax, bilateral vesicular murmur present, without rales, hemodynamically stable, ABP= 140/70 mmHg, rate= 70/ minute, abdominal distension, with movable dullness in the flanks, no pain at abdominal palpation, inferior limit of the liver at 5 cm under the costal margin, small umbilical hernia, painless, retractable, third degree splenomegaly. Giordano maneuver negative bilaterally, no pain was present in the ureteral points.
The biological assays reveal: Following imagistic investigations and the results of the exploratory paracentesis, we can say that the etiology of the ascitic syndrome is uncertain.
Figure 2. MRI aspect of the cysts in the hepatic hilum
Due to the uncertain ultrasonographic aspect of the hepatic hilum formation (complicated hepatic cyst or a tumoral mass) it is decided to perform an MRI with contrast agent which revealed: a space replacing formation (Figure 2 and 3) of 6.8/6.4 cm in T1 and T2 hypersignal, gadophil in arterial phase, without "wash-out" phenomena, developed in the segment IV of the liver, left branch of PV thrombosis, without IHBD (intrahepatic biliary ducts) and EHBD (extrahepatic biliary ducts) dilatations, normal aspect of the pancreas, spleen with 21.1 cm diameter, LK and RK with present secretion, celiac trunk adenopathy (maximum 2.1 cm), signifi cant amount of fl uid in the peritoneal cavity at the level of the examined segment. Although the initial ultrasonographic aspect argues more for a tumoral pathology, the fi nal diagnosis is: complicated hepatic cyst localized in segment IV of the liver, with modifi ed content (hematic or protein), which causes compression on the left branch of the portal vein, with portal hypertension installation and an impressive amount of ascitic fl uid.
After the imagistic investigations, the evacuation of the ascitic fl uid is decided, with an initial favorable evolution, but after about 2 weeks the patient returns with the same symptomatology (discomfort and abdominal pain) and the increase in abdominal volume. A new evacuation paracentesis is performed.
Because the evolution of the patient was not good, with the rapid recovery of de ascites fl uid, it is decided to perform an echoendoscope guidance puncture of the cystic formations with mass eff ect on the portal vein. Endoscopic ultrasound fi ne needle aspiration (EUS-FNA) of the cyst was performed, the cystic formations being localized in the hepatic hilum. Reaching the gastric level, the echoendoscope was able to fully view the left hepatic lobe occupied entirely by numerous cystic formations of different dimensions, at the level of the hepatic hilum the portal vein is compressed by two cysts with thin wall and transonic content, with 78/69 mm diameter. Afterwards a puncture was made with a Boston fine needle at the level of a cyst that causes compression on the portal vein, with the release of 100 ml of serocytrin fluid, without incidents and rapidly favorable later evolution of the patient.
Discussions
The majority of the hepatic cysts are asymptomatic. When the symptomatology occurs, can be due to mass effect, hemorrhage, rupture or infection of the cysts (10) and can include abdominal pain, vomiting, nausea, early satiety, hepatomegaly and obstructive jaundice (10, 11) . The management of the hepatic cyst formations has varied over the years. The therapeutic options include the surgical approach (such as open or laparoscopic deroofing, complete resection of the cysts and hepatectomy), sclerotherapy and percutaneous aspiration (10, 11, (12) (13) (14) (15) . Previous reports have shown that percutaneous aspiration is associated with a very high recurrence rate (nearly to 100%) observed earlier than 2 weeks (13, 15) . The percutaneous approach gave better results for treating right liver lobe cysts, while for the left liver lobe cysts EUS-FNA is the most efficient method (16) .
Endoscopic echography (EUS) represents a technique that uses ultrasound during an endoscopic procedure to look at or through the wall of gastro-intestinal tract. This procedure allows the visualization of the organs and structures that are usually not visible during gastro-intestinal endoscopy such as the layers of the gastrointestinal tract wall, the liver, bile ducts, pancreas, and lymph nodes. The use of EUS is not limited to visualization, but also allows tissue biopsy sampling for diagnostic purpose. EUS has played a major role in revolutionizing the diagnosis of the focal liver lesions (17) .
The role of EUS has evolved greatly in recent years. Initial was considered to be an excellent diagnostic tool, but currently EUS has several therapeutic implications. With the implication of the EUS in liver disorders, the tool has proved to be excellent for gastroenterologists and hepatologists in managing more liver related conditions. Focal liver lesions have always been a challenge for the hepatologists. Along with progress in EUS, the tool has demonstrated superiority in detecting focal liver lesions compared to conventional scanning techniques such as CT or ultrasonography (18) .
Recent data is showing that EUS guided liver biopsy can be safer than percutaneous liver biopsy, especially when done by experienced endosonographer (18) .
In regards of portal hypertension, EUS can detect early changes in portal hypertension and therefore provide an accurate and early assessment of global clinical status (18) .
The particularity of the case is given by the presence of multiple hepatic cystic formations within the ADPKD, in a male patient (liver cysts are usually more frequent in females due to increased concentrations of estrogen hormones), the cystic formations being localized predominantly at the level of the hepatic hilum causing compression on the portal vein, thus installing the portal hypertension.
The issue of ascitic syndrome etiology should always be discussed, in this case having contradictory data-the imagistic results which indicates portal hypertension due to cystic compressing on the portal vein and the results obtained from the exploratory paracentesis that indicate an exudate which leads towards another pathology.
Conclusions:
Hepatorenal polycystic disease has numerous clinical variations, so it needs to be addressed in a multidisciplinary way with rapid therapeutic measures to prevent complications.
Further investigations are needed when dealing with suspicious liver formations with an uncertain substrate. In those situations with advanced cases of hepatic cyst growth with compression on the portal system , endoscopic ecography and fine needle aspiration are imposed as the primary diagnostic and treatment choice.
